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Cubupckuii rocyaapcTBeHHbIN MEAUIUHCKUN YHUBEPCUTET

Hetckas ropopckast 6oibpauIa Ne 4, . Tomck

HecoBepmrennsrit ocreorene3 (HO), wim 10MKOCTH
KOCTEH, SIBIISIETCS BPOXKJCHHBIM ITOPOKOM KOCTeoOpa3o-
BaHWA. DTa TATOJOTHs BCEIO OPraHM3Ma C IIPEHMYIIe-
CTBCHHBIM ITOPa)KEHHEM KOCTHOM TKaHH, OTHOCSIIASCS K
OoJbIION TpyTIIe 3a00IeBaHmi — osteogenezis imperfekta.
Yamie BcTpeuyaercs y JIMI MYKCKoro noa [1, 4].

Knunnueckas kaptuHa HO xapaxrtepusyercs B
OCHOBHOM MHOXXECTBEHHBIMU TII€pPEJIOMaMH JUIMHHBIX
TPyOUaThIX KOCTEH, KOTOpPBIC B AAbHEHIIEM NPUBOIST K
WCKPUBIICHUIO KOHEYHOCTEH M NPOrPECCHPOBAHUIO MBbI-
mevyHoi arpoduu. HeoOXoanMo OTMETHTH, YTO y TaKUX
OOJIBHBIX UMEETCsl KIMHUYECKast OCOOCHHOCTD - HAaJIM4Ne
roJyOBIX CKJIEP U «STHTApHBIE 3yObI», a C BO3pacToM (op-
MUpyeTcss TpeyroiabHoi ¢opmel nuno. Ilocne poxaeHus
pebeHKa rmepenoMbl KOCTeH BO3HHKAIOT OT pa3HBIX IpPHU-
YUH — [eJICHAaHWE WJIM NepeKia/blBaHue peOeHKa, Mpu
TIOTIBITKE CECTh, BCTaTh HA HOXKKH, BO BPEMsI BBIITOJTHEHUS
Maccaxa. Ilepenomsr y 6oapHbIX ¢ HO compoBokaaroTces
KJIACCHUECKUMH MpPHU3HAKAMU: OOJE3HEHHOCTH, IPUITYX-
JIOCTh, KpPENMUTAIMs OTIOMKOB; KOHCOJIMJAIMS ITPOUC-
XOJIUT B OOBIYHBIE CPOKH, COOTBETCTBEHHO BO3PACTy pe-
6ernka. Heo0X0quMo OTMETHTB, 9TO C POCTOM PeOEHKA U C
HN3MEHEHUEM CTaTHKO-INHAMHYECKUX YCIOBHI IPOHUCXO-
IuT hopMHupoBaHue AeOpMaMy HHKHUX KOHEUYHOCTEH,
4YTO B JajbHedIIeM ompexensier ux (opmy. Hamboree
yacTo nedopmanneii Ha Oexpe SBISETCS MCKPHUBIICHHE
TI0/ YTJIOM, OTPBITBIM KHYTPH ¥ K3a/I1 110 THITY «Trajinude».
Koctu rosieHn MCKPUBISIOTCS B CarUTTAJIBHON IIOCKO-
CTH, IpUHHMas cabieBUAHYI0 GopMmy. B nanbreiimem, ¢
pocToM pebOeHKa BO3ZHHKAET 3aMETHOE HECOOTBETCTBHUE
MEX/ly YKOPOUEHHBIMH KOHEUHOCTSIMU ¥ HOPMAJIBHO pa3-
BUTBIM TYJIOBUILEM [3].

Jleuenne OonpHBIX ¢ HO coctouT B oOecneueHun
HaUISKAIIEro yXo/1a, Npo(UIaKTHKE MEPEIOMOB, Mpe-
YOpPeXAeHUH JeOopManuii, YKPEIUIeHUH MBIIICYHON CH-
CTeMBI M CKelleTa, yCTPaHEHHH pa3BUBIINXCS jaedopma-
UH.

Jas  xupyprudeckoil Koppekumu —aedopManuid
HIOKHUX KOHEYHOCTEH pa3paboTaHO M NIpPUMEHSETCS B
OpPTONEIUH JIOCTATOYHO MHOTO METOJIOB: OCTEOKJIA3WH,
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OCTEOTOMHH, CETMEHTAPHBIE OCTCOTOMUH, ISl PUKCALNN
OTJIIOMKOB HCHOJIB3YIOTCS METAJUIMYECKHE CTEP)KHU C Te-
TEPOKOCTHIO, JIEKOPTHKAIUS, CETMEHTApHAs OCTEOTOMUS
U MJIACTHKA C MOMOIIBIO aJUIOTPAHCINIAHTATOB MO THILY
«BSI3aHKM XBOpOCTay. [I[puMeHeHne TUCTpaKIMOHHBIX arl-
napaTtoB MimsapoBa st McrpaBiieHHs JeopManuii Ha
nouse HO 3aTpyIHUTENBHO M3-32 OCTEOIIOPO3a M Mpope-
3bIBaHMS cruil [2, 5].

Bce 310 mpuBoauT 00JIBHOTO K TITyOOKONH MHBAIUA-
HOCTH, 4TO OIpeJeIIsIeT aKTYaJIbHOCTh JAHHOU MaTOJIOTUN
KaK B BEIOOpE XUPYPIrU4YecKOi cTpaTeruy, Tak U B TAKTUKE
BOCCTAHOBUTEIFHOTO JICYCHHU .

Lenp pabotel. Ouenuts 3¢ hekTnBHOCTE MTpUMEHE-
HUSl MaTepuajoB W3 HUKEJNJA TUTaHA IPU XUPyprude-
CKOM KOppeKLHUH KIMHHUecKux npossiaenuit HO y nereil.

Jlis pemienust naHHOW mpoOiemsl Ha 6aze Cubup-
CKOT'O TOCY/apCTBEHHOTO MEIUIIMHCKOTO yHHBEPCHTETA,
coBMecTHO ¢ HUM MeaunuHCKUX MaTepHaioB ¢ MaMSTHIO
¢opmbl 11pu TOMCKOM TOCYIapCTBEHHOM YHHMBEPCHTETE
n nerckoil Oonmpuuneit Ne4 r. Tomcka, pa3paboTan u BHe-
JIpeH METOJ XHPYPTrU4YecKoW Koppekuuu aedopmanuii y
6ompHBIX ¢ HO, OCHOBaHHBIN Ha UCIIOIB30BAHUN MaTEpH-
ajioB U3 HUKenuaa tutana. B nepuon ¢ 2001 mo 2011 rox
orepupoBaHo 12 GonmbHEIX B Bo3pacte oT 9 mo 13 jer c
HO, noaTBepx IEHHBIM KaK KIMHUYECKUMHU (KITPUBBIYHbIC
MIePEeJIOMbI», MHOXECTBEHHBIE MEepPeIOMaMbl JUIMHHBIX
TpyOUaThIX KOCTEH, KOTOpPBIE B JAabHEHIIEM MPUBOAST K
HCKPUBIICHUIO KOHEYHOCTEH W IMPOIPECCHPOBAHUIO MBI-
IeYHOH aTpodun), Tak u 1a00PaTOPHBIMU HCCIICTOBAHUS-
MU (HU3KHH YPOBEHb OCTEOKaIbIINHA U KOCTHOW (hpakinn
menogHo gocdarassr).

Onucanue cnocoba onepamusHozo jiedeHus

[Nonoxxenne GoibpHOTO HA crinHe. BrimosHeHne ore-
pauuu o0si3aTenbHO mox KryToM. Iocie pacceuenus Ha-
KOCTHHIIBI Ha BCEM ITPOTSKEHUH JIe(hOpMUPOBAaHHOM KOCTH
IIPX TTOMOIIH J0JIOTA MPOU3BOJUTCS OT/EIEHUE HAJIKOCT-
HUIBI BMECTE€ C TOHKHUMH IUIACTHHKAMH KOPTHKAaJIbHOU
kocTu. st ycTpaneHus aehopManuy KOCTH IPOU3BOAHT-
Csl cerMeHTapHasi OCTEOTOMUSI IIPU TIOMOIIM IHJIBI (B 3a-
BHCHMOCTH OT CTENECHH M JIOKAJIH3alnK AehopMannu ot 2
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110 4 cerMeHTOB). OCh KOHEYHOCTH KOPPEKTUPYETCS Iy TEM
MepeMEIICHHUs U COIIOCTABJICHHS CETMEHTOB, KOTOpBIC Ha-
HU3BIBAIOTCSl HA OMOWHEPTHBIN INIaJKUH BUTOU CTEPKEHb
W3 HHUKEIWJa THTaHa, BBEICHHBIH HWHTpPaMeNyJUIsipHO.
JIOTIOJTHUTENBHO BOKPYT CETMEHTOB I10J{HAIKOCTHHYHO
YKJIQJBIBAIOTCSl B BUJE YEPENHUIbl MJIACTUHBI Ha LIMPH-
HY KOCTH M3 TIOPUCTO-TIPOHUIIAEMOT0 HUKEJIHa TUTaHa,
KOTOpbIe (DUKCHPYIOTCS LUPKYJISPHBIMH KETTYyTOBBIMU
mBaMu. ['mrncoBass nMMoOmin3anus ot 1 1o 3 Mecsies.
[ocite cHATHUS THIICOBBIX MOBSI30K OOJIEHOMY IPOBOJUTCS
KYPC BOCCTAaHOBUTEILHOTO JICUSHUSI C TIOCIIEAYIOMIEH Moa-
TOTOBKOI1 K JIe4e0HOMY NPOTE3NPOBAHUIO.

Junamuveckoe HaOdro/eHHE 32 OOIBHBIMU, OTIEPH-
POBaHHBIMH I10 JAHHOW METOJMKE, T0KAa3aJI0, YTO HaXO -
IIMHCS MHTPAaMENyJIISiPHO OMOMHEPTHBIN TIAAKUN BUTOU
CTepKEeHb M3 HUKEIUAa TUTaHa IPEJ0TBPAIIaCT Iepesio-
MBI KOCTEH 32 CUYET MPOYHOCTH, & MOPHCTO-TIPOHUIIAEMbIC
TUTACTUHBI M3 HHUKEJUJa THTaHA HE TOJIKO BBIMOJHSIOT
POJIb JIOTIOTHUTENBHOM (UKCAlMU, HO M CIOCOOCTBYIOT
00pa30BaHUIO KOCTHOTO OMOKOMIIO3UTA, 38 CUYET KOTOPO-
r'0 MOBBIIIAETCS TPOYHOCTh KocTH. [IprMeHeHne naHHOM
METO/IMKH OIIPaBAaHO, TAK KaK MaTepuabl U3 HUKEIHaa
THTaHa OMOMHEPTHBI U ONITUMAJIBHBI JIJISl OCTEOTUCTOT €HE-
3a. B xauecTBe npumepa MpUBOAUTCS CIEAYIOIIee KINHU-
4yeckoe HaOJIoIeHue.

Knunuueckuii npumep

Bonpho#t X., 12 net (1. p. 29.01.1998 r.), noctymnun
netckyro oompHUIY Ned 1. Tomcka 10.08.2004 ¢ quarso-
30M: «Jleopmaru o0erx HMKHUX KOHEYHOCTEH Ha I10-
yBe HO». [lepenomsbl y GONBHOIO Havajau MPOUCXOIUTH B
Bo3pacrte 2 set. Beero Ob110 oxono 12 nepenoMoB Kocten
HIKHHUX ¥ BEPXHUX KOHEYHOCTEH, B Pe3ysbTaTe KOTOPhIX
00pa3oBajich BbIpaKEHHBIE Je(opManuu HUKHHUX KO-
HEYHOCTeH: OelpeHHbIe KOCTH B Bue rajiude, cabieBua-
Has geopMalust HUKHUX KOHEUHOCTEH (puc. 1-2).

BonbHOMy mpoBeneHa onepanus Ha JEBOW HUXKHEH
KOHEYHOCTH: IIOOYEPEAHAss CErMEHTapHas OCTCOTOMUS
JICBOW OCIpCHHOM, OOIBIICOCPIIOBOI U MajIo0epIIOBOi
KOCTEH ¢ MocieayIoneil HHTpaMeay uIIpHoi ukcanuen
OcnpeHHON U 0OJNBIIEOCPIIOBON KOCTEH TIIAAKUM BHUTBIM
crepxkHeM. [logHaaKOCTHUYHAS WMIUIAHTAIMS TJIaCTHH
13 HUKeNIUa TUTaHa B Buje yepenusl (Puc 4).

®ukcanuss KOHEYHOCTH KOKCHUTHOH THIICOBOM TO-
BsI3KOM B TeueHnue 2,5 mecsien. Yepes 1 rom mpoBeacHO
oOcreioBaHne OOIBHOTO, KOTOPOE IOKa3ajio, 4TO OCh I'0-
JIeH! 1 Oepa MCIPaBJIeHa, UMEETCs XOPOIIasi KOHCOJIH/1a-
s (puc. 3, 4). [Tociae mpoBeICHHBIX peaOUIUTAIMOHHBIX
MEpONPHATHII Yepe3 roj MpoU3BeICHA aHAIOTUYHAS OTle-
paumst Ha TpaBoOil HUKHEH KOHEYHOCTH.

TakuMm oOpa3om, Oiaronapsi OMOMHEPTHOCTH, BBICO-
KOW TIPOYHOCTH M TIOPUCTOCTH MAaTepHasioB U3 HHUKEIHIa
THTaHa, NPUMEHEHHE WX B oneparuBHoM JedeHun HO
OIpaB/IaHO M PACIIUPSET BOZMOXXHOCTH JUISl XUPYprude-
CKOW KOppeknuu aedopmanuu, coKkpamaeTr BOCCTAaHOBH-
TEJIBHBIM NEPUOJ M yIydIlaeT KaueCTBO )KU3HH OOJIbHBIX.
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